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Cvuapom Bonbhpama (WS, DIDMOAD-CUHAPOM) — Lie @BTOCOMHO-PELIECUBHE AereHepaTMBHE 3aXBOPIOBAHHA i3 MPOrpecytoynm nepebirom. MoBHMiA CUHAPOM
BK/IH04AE 4OTUPW CKNaZoBi: LYKPOBUA AiabeT 1 Tuny, LEHTpanbHUA HELYKPOBUMIA AiabeT, aTpocdilo 30pOBIUX HEPBIB i HEMPOCEHCOPHY TyroByXicTb. HenosHa
thopma CMHAPOMY NPOSBAAETLCSA NOEAHAHHAM LYKPOBOTo fiabeTy 1 TUNy Ta LIeHTPanbHOoro HeLyKpoBoro fiabery.

HaBeeHnit KNiHiYHWIA BUNAZLOK HENOBHOI hopmu cuHapomy Bonbdpama y gutuHu. MNepLuoto 03Hakow CUHAPOMY 6B PO3BUTOK HELYKPOBOIO AiabeTy LieHTpasb-
HOTO r'eHe3y B OAHOPIYHOMY Billi, 4epe3 [Ba POKW PO3BMHYBCA LyKpoBWiA Aiabet 1 Tuny. ATpodhito 30pOBKX HEPBIB Ta TYrOBYXiCTb YNPOAOBX YCbOro nepiogy
CMOCTEPEXKEHHS HE BUABIIEHO.

VY nauieHTiB i3 HeLyKpOBNUM AiabeToM Npu NOripLUAHHI CTaHy HeOo6XIigHO MPOBECTI AiarHOCTUKY LyKpOBOro Aiabety 1 Tuny. Mpu BUSIBNEHHI OCTaHHBLOrO CAig 3ani-
[03PUTN HAABHICTb Y AUTUHU CUHAPOMY Bonbhpama Ta NpoBECTM TECTYBAHHSA CIyXy Ta 30py 3 METOK PaHHLOrO BUABNEHHS TYrOBYXOCTi Ta/abo aTpodii 30po-
BOrO Hepsa.

Knioyosi cnosa: HenosHa chopma cuHapomy Bonbdpama, HeLyKpoBuin fiabet, LyKpoBuii giabet 1 tuny, gitu.
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Wolfram syndrome (syn: WS, DIDMOAD syndrome) is an autosomal recessive degenerative disease with a progressive course. The complete syndrome
is described, which includes four components: diabetes mellitus (DM), diabetes insipidus (DI), optic nerve atrophy and sensorineural hypocusis. The incom-
plete form of the syndrome is manifested by a combination of diabetes mellitus and diabetes insipidus.

The case of incomplete form of Wolfram syndrome is presented. The first sign of the syndrome was the development of diabetes insipidus at one year of age, and
after two years, diabetes mellitus type | developed. Optic nerve atrophy and sensorineural hypocusis during the entire period of observation were not detected.
Conclusions patients with diabetes insipidus should be diagnosed with diabetes mellitus type | when they are deteriorating. When discovered, the child should
be suspected of having Wolfram syndrome and have a hearing and vision test for early detection of optic nerve atrophy and hypocusis.
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Cuugpom Bonbbpama (WS, DIDMOAD-cuHAPOM) — 3TO ayTOCOMHO-PELLeCCUBHOE AereHepaTuBHOe 3a60/1eBaHNe ¢ NPOrpeccupyroLum TeueHrem. MNonHbIi
CUHIPOM BKITHO4AET B Ce65 YeTbipe COCTABNSALLME: CaxapHblii AnabeT 1 TUNa, LEHTPanbHblil HecaxapHbIi AnabeT, aTpoduio 3pUTeSbHbIX HEPBOB U HEMpo-
CEHCOPHYI TyroyxocTb. HenonHas hopma CuHApoMa nposiBAAETCS COYeTaHMeM CaxapHoro auabeta 1 Tvna u LEHTPanbHOro HecaxapHoro auatera.
[MpefcrassnieH cy4ail HenoaHoON hopMbl cHApPOMA Bonbdpama y peberka. MepsbiM NPU3HAKOM CUHAPOMA ObIN0 Pa3BUTUE HECAXapPHOro AnabeTa LieHTpanb-
HOro reHesa B rofj0BanoM BO3pacTe, Yepes3 [iBa rofja pa3Buics caxapHblii auabet 1 Tuna. ATpodus 3puTenbHbIX HEPBOB 1 TYrOYXOCTb HA MPOTSHIKEHUM BCETO
nepuoaa HabntaeHus He 06HapYXKeHa.

Y NauMeHTOB C HecaxapHbIM AMABeTOM Npu YXYALIEHUM COCTOSHWUS HEOOXOAMMO NPOBECTU LUArHOCTUKY CaxapHoro auaberta 1 tuna. Mpu 06HapyXeHuu
nocrnefHero cnesyer 3anojo3putb Hanu4ue y pebeHka cuHapoma Bonbdpama 1 NpoBecTM TECTUPOBAHUE CryXa W 3PEHUs HA NPEAMET PaHHEro BbISBNEHUS
TYrOyXoCTi W/unn aTpochum 3pUTENbHOTO Hepaa.

Kntoyesble cnosa: HenosiHas dhopma cuHapoma Bonbpama, HecaxapHblii Anabet, caxapHblii gnabet 1 Tuna, getu.

Beryn

CI/IHZIpOM Boasdpama (WS, DIDMOAD-
CUH/IPOM) — I1le aBTOCOMHO-pelleCUBHE
JiereHepaTBHE 3aXBOPIOBAHHS i3 MPOTPECYIOUNM
nepebirom. OrmucaHo MOBHUN CHHAPOM, SIKWil
BKJIIOYA€E B cebe YOTUPH CKJIAIOBI: IyKPOBUI [ia-
6er 1 tumny (LL/-1), meHTpasbHUN HEIYKPOBUI
miaber (ITH/I), arpodito 3oposux HepsiB (A3H)
i Heiipocencopny Ttyrosyxicte (HCT). Hemosna
bopma cUHAPOMY TPOSBISETHCS TOEIHAHHAM
LLA-1 ra ITH/ [5,7,10].

Cunapom Bosibdpama € pifkicHOIO MATONOTI-
e1o. Tax, ii nomupenictsb y Besukiit bpuranii cra-
nosutp 1:770 000 [2], y IliBuiuniii Amepuni —

1:100 000 [6]. /lanux mo Ykpaini Hemae. [loBHa
dhopma curIpOMy Briepiie OyJia onncana y 1938 p.
Boabdpamom Ta Baremepom. JlomaTkoBumu
CUMIITOMAaMH 3aXBOPIOBAHHS € TIMIOTOHAJU3M,
Gesruriyis, rinomityitapusm [8], Mo30YKOBa aTak-
cis, mepudepruyHa HelpomaTis, IeMeHITis, TICUXiu-
Hi posaau Ta MpoOJeMU CEYOBUBIIHMX MIISAXIB
[3,11,12].

Y 1998 p. kaproBano saepuuii ren WFS1, skuii
posraintoBanuii Ha XxpomocoMi 4p.16.1 i ckiraiaeThb-
ca 3 8 exsoniB, MPHK rena ekcnpecyerbcs
B TI/IIIIJTYHKOBIH 3271031, TOTOBHOMY MO3KY, CEPIIi,
CKeJIETHUX M 'sI3aX, ILJIAlleHTi, JiereHdaX, IediHIl
Ta HUpKax. Hapasi B HbOMY BUSIBJIEHO BiKe TIOHA]

ISSN 2663-7553 Modern pediatrics. Ukraine 4(100)/2019 71



YuTtamte Hac Ha caunTe: http://med-expert.com.ua

170 myramnisi. [Tponykrom excrpecii rena WFEST
€ TpaHcMeMOpaHHMIA T PO OOHIIT TIIKOIIPOTEIH —
BoJsibbpamin. Bin BOyMoBaHUi y MeMOpaHy €HIIO-
[JIa3MaTUYHOTO PETHKYJIyMa Ta SIBJISE COOOIO
TPAHCIIOPTHUI O1JIOK 1 Biftirpa€e posib y peryJisiiii
BHYTPINTHBOKJITHHHOTO KaJIbIli€BOTO 0OMiHY [1].

[Tpornos mnpu paHoMy 3axBOpIOBaHHiI He-
CIIPUATIUBUN BHACJIJOK PO3BUTKY CJINOTH,
TYTOBYXOCTI, ypasKeHHS HUPOK 1 HAIBHOCTI HEBPO-
JIOTIYHUX TopytieHb. CepeaHst TPUBATICTD KUTTSI
xBopux cranoButh 30-40 poxkis. [Ipumumnamm
CMEPTi CTAIOTh AUXAJTbHA HEIOCTATHICTD Y PE3YJIh-
TaTi TOUIKO/PKEHHS [UXAJbHOTO IEHTPY, acli-
paitifina MHEBMOHid, HeBPOJOTIYHI yCKJIaIHEHHS,
indexIis, yckaagHeHHsT 3 GOKY CEYOBUALIbHOIL
CUCTEMU, CYITU/] K HACTIIOK BaXKKUX MCUXIYHUX
posnani. Cungpom Bosbdpama BHeceHMIT B eTio-
Joriuny kyiacudikanio I/l B rpymy inmmx rexe-
TUYHUX CUHJIPOMIB, moeiHanuX i3 [1/] [2].

Kniniunui sunaoox

[Tamient b., 2006 p.x. (13 pokiB), MenkaHelb
M. Yepnisii, yuenp 3OI1I, 3BepuyBcs nis mmano-
BOI KOPEKIIil iHCyJIiHOTepallii B €H/JOKPUHOJIOTIYHE
Bigminenus OJIKJI m. YepwniBii 31 ckapramm
Ha HiYHi rimorjaikemii, nepiognyni 60Ji B HUMKHIX
KIiHI[IBKaX, 0co6JuBO y HiuHMil dac. [TokazHuku
raikemii Hectiiiki (3,0—12,0 mosib /1), Tinorikemii
po3BUBAIOTHCS 1—2 pasu Ha THKIEHD.

Anammnes saxeoprosanns. IlamieHT 3aXBOPiB
Ha IIH/T y 2007 p., xosm 3'gBusmcs ckapru
Ha TMOJIIUTICIO, TIOYPIto, CyXiCTh TKIPH, 3arajib-
Hy ciabkicTh. To/i Briepiie 3BepHYBCS B €HIOKPH-
noJoriune Bigmiserns OJKJI m. Yepnisii, ge OyB
BCTaHOBJIEHU fliarHo3. B anamizax cedi Biji3Haue-
Ho 3HmKeHHs: nuromoi Baru (1,002—1,006 r/i).
YuponoBx ABOX POKIB JiKyBaBcsS 3 TPUBOJLY
ITH/I. Cran xBoporo 0yB crabisbaum. Y 2009 p.
CTaH TIaIliEHTA CTaB Pi3KO MOTipIIyBaTUCH, 3'ABU-
JINCA 3HOBY CKapTd Ha CIpary, CyXiCTb y POTi,
MoJIiypito, BTpaty Baru (10 5 Kr 3a JiBa TUXKHI).
XBOpu#  TOCHITANi30BaHUNl B  yPreHTHOMY
MOPSIJIKY B €HJOKPUHOJOTIYHE Bizisienss. [lpu
obcreskenni BusiBjieno 11/[-1 (HeimyHHOrO reHe-
3y). [Ipusnavena incysninoreparnisg. Ctan XBOporo
TTOKPAIIUBCA.

JlikyBaBcsg amOyJIaTOPHO Ta CTalioHAapHO
y IATSYOTO eHTOKPUHOIIOT, TIPOBOINIACS KOPEK-
Iisg iHCYJTIHOTEpaIlii Ta IeCMOTIPECUHY.

Anamnes wcumms. 3 TepeHeCeHUX 3aXBO-
pioBanb BijgHadeHi ['PBI 2-3 pasu Ha pik. AKy-
MEePChKO-TIHEKOJOTIYHNI aHaMHe3: JUTWUHA Bij
I BaritrocTi Ta I mosoris. CriaakoBicTh He 06TsIKe-
Ha. 3i c1iB MaTepi, 6aTbKu He 11epedyBaioTh y OJIN3b-
KOCITOPi/IHEHNX 3B'si3Kax. [HBasTi1 AUTUHCTBA.

06 ‘exmuenuiic cmamyc. CtaH 3aJ0BIIbHUIL.
IMT=23,8 kr/m” IIkipHi mokpuBM i can30Bi 060-
JIOHKM 3BUYAHHOI0 KOJIbOPY, BOJIOTI, YUCTI.

[MuronoxibHa 3amo3a 36inbiieHa IA cryiens,
eJIaCTUYHA, PyXJMBa, 6e360/icHa IPU MasbHaIlii.
Y1 19 va 1 xBusnuny. /luxaHHd B JIeTeHSIX Be3U-
KyJIsIpHEe, XPHUIIM He IPOCayXoByloTbes. Ilymbe
78 yi./XB, PUTMIYHUI, CUMETPUYHMX Ha 000X
pykax. AT 110/65 mm pr. cr. Tonu cepis sichi,
PUTMIiUHI, MATOJOTIYHUX ITyMiB Hemae. sKuBiT
M'aknil, OeszOomnicuuit. Ileuinka 1 cenesinka
He 36iabimeni. Cumntom IlacrepHaiibkoro Hera-
TUBHUI 3 000x OGokiB. Ilyibcalliss Ha aprepisix
romijziok, cromn 30epeskeHa. Pict BoJsioces Ha
HUZKHIX KiHIlIBKaX He MOPYIIeHUIA.

Pesynbratu gocmiikens:

e 3araJIbHUI aHai3 KPOBi: reMoryiobiH —

119 rv/n, epurporut — 4,1x10" /71, KoJIBLOPO-
BUU IIOKA3HUK 0,9, nelixonutT —
6,7x10°/n, IIIOE — 4 mM/Toz;

e aHai3 cedi 32 SUMHUIIBKUM (Ha TJIi TpUHoMy
necMornpecuny): miabHicTh 1,005—-1,020 1/1
3 mepeBaskaHHsIM sieHHOTO (1080 MUT) Hiypesy
Hajl HivHUM (720 M);

e (ioxXiMiYHMIT aHAJII3 KPOBI: 3araJbHUI OIJIOK —
73,5 r/n1, B3araJbHUNl  XOJIECTEPUH —
3,73 wMMmoub/a, Oera-jinonporeign  —
35 MMOJIb/JI, KpeaTuHiH — 44,4 MKMOJIb/JI,
TUMOJIOBA TIpo0a — 2, 3arabHuil Oi1ipy6in —
8,3 MKMOJIB /J1, ceuoBuHa — 6,2 MMOJTh /JT;

e joHOTpaMa: piBeHb Kajblliio — 2,22 MMOJIb/ I,
piBeHb Kayito — 4,2 MMOJIb/JI, piBEHb HATPiIO
B m1a3mi — 138 mmouib/1;

e piserp HbAlc — 7,93%;

o gosimBanHs Tuikemii (8.00-13.00-17.00—
19.00-22.00-2.00) mnpm HAAXOMKEHHI —
8,0-6,0-10,8-7,6-9,2-6,9 mmMmoub/1; 1P
sunciii — 7,0-8,0-9,2—6,2—8,5-5,7 MMOJIb /7T,

e V3]l muronoaioHoi 3a1031: cyMapHuii 06'em
no bpyny 14,1 cM® (wopma 4,3-6,2 cwm?®),
CTPYKTypa HEOJHOpiHA, BEJNKO3EPHUCTA,
MHOKMHHI JIpiOHI Ta cepejiHi exo+ Ta exo-
curHaIU; U y3HUH KPOBOTIK MiICUIECHUT;

e Y3/l 4yepeBHOI MOPOKHWUHM: TATOJOTII He
BUSIBJIEHO;

e ciieKTpoHelipomiorpadis HUKHIX KiHITIBOK:
n. peroneus, n. tibialis dexter and sinister —
JIMHAMIKA aMILIITYy]] Ta TIBUIKOCTEN IO cer-
MeHTaM 30epeKeHa; CUla CKOPOYEHD JUCTaTb-
HUX M 'g31B clIpaBa Ta 3J1iBa I0CTaTHS;

e jorreporpadist CyMH HIKHIX KiHITIBOK: KPO-
BOTIK Ha HUJKHIX KiHI[IBKaX He MOPYIIECHUT;

e pertreHorpadisd TYpeIbKOro Cifyia y ABOX
MPOEKIIISIX: ATOJIOTIi He BUSIBJIEHO;
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o aydiomempis: IATOJIOTI] He BUSIBJIEHO.

BuchHoBok HeBpoJiora: iabeTnyHa IMcTajbHA
nosiHeiponartis, IA cT.

BucHoBOK oKy.JricTa: 1aToJiorii He BUSIBJIEHO.

BucHoOBOK oToNapuHTOJIOTA: TIATOJIOTII HE BU-
SIBJIEHO.

Jocaigkennss OyJ0o BUKOHaHE BiIIOBIIHO
no npuHiuiB ['esibcincbkoi Jlexnapartii. [IpoTokon
JIOCJIIKeHHS 1oromkeHnil JIokajabHUM eTUYHUM
komiterom (JIEK) nuis Beix yeranos. Ha mpoBezien-
HST JIOCT/pKeHb Oysia OTprMaHa MoiH(GOpMOBaHA
3roa 6aTbKiB fiTeit 6o iXHiX OMiKyHiB.

/lutrHa Hapasdi oTpuMye IHCYJIHOTEpAIio
(6omoc-6a3ucHy Tepalio aKTparijoM Ta MpoTa-
danom 0,7 On/kr), mpemnapatu JAecMOIPECUHY
(minipia 0,1 — 2 Tabaerku Ha 100y) Ta anbda-i-
moeBy (TiOKTOBY) Kuca0TY B 1031 300 Mr/m00y.

OO0roBopeHHs

[LykpoBuii miabGeT € KJIIOYOBUM Yy CHHAPOMI
Boabdpama Ta 3azBuuaili € mepiion 03HAKOIO
3axXBOpIOBaHHS (cepefHill BiK JIaTHOCTUKU —
6—15 pokiB), y HAIIOMY BHIAJKY BiH TIPOSIBUBCS
micJIsT IIaTHOCTUKU HeIyKpoBoro maiabery. IcHy-
I0Th YMCJIEHH] BIIMIiHHOCTI MiK TI0YaTKOM Ta TIepe-
6irom aBToiMyHHOro fiabery 1 Tuiry i giabety mpu
cunzapomi Boabdpama. [lamienTn, gki crpaxk-
MATOTh HA IAHWH CUHIPOM, MAIOTh HU3BKY YaCTOTY
MPOSIBIB /11aG€TUYHOTO KETOANNA03y HA MOMEHT
BCTAHOBJIEHHST [iarHo3dy (suiie 3% TMOPiBHSIHO
3 30% npu 11/1-1), npu JlikyBaHHI BUHIKAE 3HAYHO
HIKYa 1orpeba iHCYJIHY B TPl POKH IIiC/st
BCTAaHOBJIEHHA [[iIaTHO3Y, PiIKO TPaMagioTbCI
MIKPOCYZIMHHI YCKIQJHEHHS Ta PiIKO 3HAXOASATH
antuTtina, nputamansi [1/1-1. KomuBanns raikemii
y KpOBi marieHTiB i3 cunapomoM Bosbhpama
BIIPOJIOBK IIEPIINX POKIB 3aXBOPIOBAHHS MEHII
BUpakeHe, HIK TIPU KJIACUYHOMY PO3BUTKY
II/I-1, i me Moke OyTH IOB'I3aHO i3 CEKPEIiEio
IHCYJIIHY B3aJMIIKOBUMH OeTa-KJIiTHHAMU TIif-
HIIYHKOBOI 3ay03u [15].

e onun kommoHeHT cunpomy Bosbdpama —
[IH/[. Bin BuHMKa€e BHacCJiZOK BTpPaTu Ba30-
MPeCUH-MPOAYKYIOUUX HEUPOHIB y TilmoTamsamyci.
Hetipopazionorn moBilOMJISIOTh PO 3HUKEHHS
a0 BTpaTy IHTEHCUBHOCTI CUTHAJLY B 3ajHiii
yacTuHi rinodisy, 1Mo CBITYUTH PO BiJICYTHICTH
abo jereHepartito Heiiporinodisy [4].

Y kjacMuHOMY WPOSIBI CUHIPOMY JPYroio
3a yacToTol0 03Hakoio GyBac A3H (cepenHiil Bik
miarHocTku — 11 pokiB). Y maiienTiB i3 CUHIPO-
MoM Boabdpama TpanisioTbcs mporpecyiodi
0 TATBMOJIOTIUHI CUMIITOMH, STKi 3a3BUYail BUHU-
katoTh micaga nogsu IIJ[. Kpim A3H, 3ByXKeHH:

I0JIiB 30pY, 3HUIKEHHS FOCTPOTU 30PY 1 KOJBOPO-
BOTO 30py € iHMI O(TaTbMOJIOTIYHI CUMIITOMH,
Taki K giabeTyHa PeTHHOIIATIS, 110 TPAILISEThCS
pizko. Takox y nesgkux BUIAJKAX BUSBJISIETIOCS
MaToJOTiuHI 31HWYHI CBITJIOBI pediekcu Ta
HictarMm. OcTaHHIMU JOCJIIPKEHHIMA 3aIIPOIIOHO-
BaHO JlereHepalliio CiTKiBKM BBaKaTH MapKEPOM
nporpecyBaHHsI 3aXBOPIOBAHHS Yy MAIli€HTIB i3
cunapomoM Boabdpama [14].

[nyxota nipu saniit naTosorii 3a3Buyaii € BUCO-
KOYAaCTOTHOI0 CHUMETPUYHOK HEHUPOCEHCOPHOIO
BTPATOIO CJIYXY, SIKA HaldacTilie TPOSIBJISETHCS
y Bitti 20—30 pokiB JKUTTS 3 TOBLIBHUM MTPOTPECY-

BaHHAM [9].
IIpu awmamnmizi anomaniii ce4oBUX NLJISAXIB
(rinpoyperep, HETPpUMAHHS cevi, penuuBHI

iH(dexii) y mamienTiB i3 cuagpoMom Bosbdpama
BUSIBJIEHO, 1O I[i BaJU TPAILISIIOTHCST MPUOTHU3HO
y 66% xBopux. Baau cedoBumiipbHOI cucremu
BKJIIOYAIOTh OOCTPYKIIIO CEYOBOIB, aTOHIYHUI
CeyoBMII MIXyp 1 HeTpuMaHH4 cedi [13].

Ha cyuyacHoMmy etari He iCHye eTiOTPOITHOI
Ta TaTOTeHeTUYHOI Tepamii cuHApoMmy Bombdpa-
Ma. [lyig sikyBaHHS MAIi€HTIB BUKOPHUCTOBYETHCS
CUMIITOMAaTUYHA Tepallis.

Buxonguu 3 HaBe/leHOTO KJIIHIYHOTO BUIAJIKY,
B yCiX XBOPUX Ha HELYKPOBHUI AiabeT HeoOXigHO
CTEeXKWUTU 3a PiBHEM IJIIOKO3U Y KPOBi, 0COOIMBO
[pU TOTIpIIaHHI cTaHy. KO y AUTUHU PO3BU-
BAETHCSI TMOENHAHHSA I[YKPOBOTO, HEIYKPOBOTO
miabery, A3BH Tta Brpara cayxy (abo HasiBHICTb
x04a 6 JIBOX KOMIIOHEHTIB), HeOOXiIHA KOHCYJIbTa-
1isl TeHeTUKA /ISl IaTHOCTUKY TTOBHOI ab0 HeIoB-
Hoi hopmu cunzipomy Bosbdpama.

Kpim Toro, odrampmosorn MOBUHHI 3HATH, 1O
y XBOpUX Ha IyKpoBuii miaber ta A3H 6e3 o3nak
maiabeTryHOI peTuHONaTii HEOOXiJHO IPOBECTH
TECTYBaHHsI CJIyXY, a TAaKOXK 3POOWTH aHai3 cedi
32 SUMHUIIBKUM.

BucnoBku

Y mnaimieHTiB i3 HeIyKPOBUM JiabeToM Mpu
HOTIipIIaHHI cTaHy HeOOXiHO MTPOBECTH iarHOCTH-
Ky IL/I-1. [Tpu BusIBIIeHHI OCTAHHBOTO CJIiJI 3a1Ti/103-
PUTH HASIBHICTH y AUTUHU cUHpoMYy Bombhpama
Ta MPOBECTH TECTYBAHHS CIYXY i 30py Ha TIpeIMeT
PaHHBOTO BUSIBJIEHHSI TYyroByXocTi Ta/ab0 A3H.

3HaHHS JJAaHOTO CUHJIPOMY 1 CBOEYACHA JIIarHO-
CTHKA € BAKJUBUMHU JIJIST TIOKPAIIEHHS MTPOTHO3Y
naimieHTa, nepeabaveHHsI YCKJIaAHEHb 3aXBOPIO-
BaHHS Ta 3abe3ledeHHs] BYACHOTO TI€HETUYHOTO
KOHCYJbTYBAHHS I YIEHIB CiM 1.

Aemopu 3asensomo npo ei0cymuicms KOHQIIK-
my inmepecis.

ISSN 2663-7553 Modern pediatrics. Ukraine 4(100)/2019 73



YuTtamTe Hac Ha cauTe: http://med-expert.com.ua
KAIHIYHMM BUMITAAOK

REFERENCES/JIITEPATYPA
1. Silkina MI, Belyakova NA, Lareva AV, Konovalova OV, Rudenko EV. 8. Medlej R, Wasson J, Baz P et al. (2004). Diabetes mellitus and optic

(2016). DIDMOAD-syndrome (Clinical observation). Vehnevolzhsky atrophy: A study of Wolfram syndrome in the Lebanese population.

medical journal. 3 (15): 42-3 [CunkuHa MW, Benskosa HA, The Journal of Clinical Endocrinology & Metabolism. 89(4): 1656-1661.

NapeBa AB, KonoBanosa OB, PygmeHko EB. (2016). CuHgpom doi: 10.1210/jc.2002-030015.

Bonbdpama (knuHuyeckoe HabniogeHue). BexHesomkekuii meanumi- 9. Plantinga RF, Pennings RJ, Huygen PL. (2008). Hearing impairment

ckuii xypHan. 3(15): 42-3]. in genotyped Wolfram syndrome patients. Ann Otol Rhinol Laryngol.
2. Barrett TG, Bundey SE, Macleod AF. (1995). Neurodegeneration and 117: 494-500.

diabetes: UK nationwide study of Wolfram (DIDMOAD) syndrome. The ~ 10. Rando TA, Horton JC, Layzer RC. (1992). Wolfram syndrome: evidence

Lancet. 346 (8988): 1458-1463. doi: 10.1016/S0140-6736(95)92473-6. of a diffuse neurodegenerative disease by magnetic resonance ima-
3. Chaussenot A, Bannwarth S, Rouzier C et al. (2011). Neurologic featu- ging. Neurology. 42: 1220-1224.

res and genotype-phenotype correlation in Wolfram syndrome. Annals ~ 11. Swift RG, Sadler DB, Swift M. (1990). Psychiatric findings in Wolfram

of Neurology. 69(3): 501-508. doi: 10.1002/ana.22160. syndrome homozygotes. The Lancet. 336(8716): 667-669.
4. Galluzzi P, Filosomi G, Vallone IM, Bardelli AM, Venturi C. (1999). MRI doi: 10.1016/0140-6736(90)92157-D.

of Wolfram syndrome (DIDMOAD). Neuroradiology. 41: 729-731. 12. Urano F. (2016). Wolfram Syndrome: Diagnosis, Management,
5. Hardy C, Khanim F, Torres R. (1999). Clinical and molecular genetic and Treatment. Current Diabetes Reports. 16(1): 1-8.

analysis of 19 Wolfram syndrome kindreds demonstrating a wide spec- doi: 10.1007/s11892-015-0702-6.

trum of mutations in WFS1. Am J Hum Genet. 65: 1279-1290. 13. Viswanathan V, Medempudi S, Kadiri M. (2008). Wolfram syndrome.
6. Kinsley BT, Swift M, Dumont RH, Swift RG. (1995). Morbidity and mor- J Assoc Physicians India. 56: 197-199.

tality in the Wolfram syndrome. Diabetes Care. 18(12): 1566-1570. 14. Zmyslowska A, Fendler W, Niwald A. (2015). Retinal thinning

doi: 10.2337/diacare.18.12.1566. as a marker of disease progression in patients with Wolfram syndrome.
7. Maleki N, Bashardoust B, Zakeri A, Salehifar A, Tavosi Z. (2015). Diabetes Care. 38: e36-e37.

Diabetes mellitus, diabetes insipidus, optic atrophy, and deafness:  15. Zmyslowska A, Fendler W, Szadkowska A. (2015). Glycemic variability

A case of Wolfram (DIDMOAD) syndrome. J Curr. Ophthalmol. 27(3-4): in patients with Wolfram syndrome is lower than in type 1 diabetes.

132-135. doi: 10.1016/j.joc0.2015.11.003 Acta Diabetol. 52: 1057-1062.

Bimomocri npo aBTopiB:

PuaHuuyk M.O. — k.Mea.H., aou. kad. negiatpii Ta meanyHo reHeTtukm BAH3Y «BykoBuHebkuii AMY». Anpeca: M. YepHiuj, TeaTpansHa niowa, 2.

Miwak B.MN. — a.mea.H., npod., akagemik HauioHanbHoi akagemii negaroriyHmnx Hayk Ykpaitu, M. Kuis. Agpeca: M. HYepHisui, TeaTpanbHa ninowa, 2.

Kpeuy T.M. — 3aB. BigfineHHsam autauoi eHaokpuHonorii O6nacHoi AuTsyoi kniHivHoi nikaphi. Anpeca: M. YepisLi, TeatpansHa nnowa, 2.

Amutpyk B.M. — nikap-eHA0KPUHONOM AUTSYWIA BILAINEHHS AUTSYOi eHA0KpUHONOriT OBnacHoi AUTAYOI KNiHiYHOT NikapHi. Aapeca: M. YepHisui, TeatpanbHa nnowa, 2.
Koctie M.l. — nikap-eHO0KPMHONOT AUTAYMIA KOHCYILTAaTUBHO-AiarHOCTUYHOIO BiaaineHHs O6iacHoi AMTa4oi KNiHiYHOT NikapHi. Aopeca: M. YepHisui, TeaTpanbHa nnowa, 2.

CratTa Hagjiwna o pegakuii 19.01.2019 p., npuithaTa go apyky 16.05.2019 p.

XIll Konrpec nepiatpiB YkpaiHuv
«AKTyanbHi npoonemwu neaiaTpii»

BenasmumanoBHuii(a)

Hanionanbua akazemis MmequuHux Hayk Ykpainu, MiHicrepcTBO 0XOpOHM 3/10pOB'st Y Kpainu, Acoriiaiis mneiiaTpis
Ykpainu, 1Y «Incturyr nexiarpii, akymepcerBa ta rinekosiorii imeni akazemika O.M. Jlyk'suoBoi HAMH Ykpainn»,
Hamionanpauit mepuanuii yaiBepcuteT imeni O.O. Boromonbit ta HarionanpHa MeuaHa akafeMist Imic/IsIuIIIOMHOL
ocsiti imeni I1.JI. IITynuka sanpouryiors Bac B3stu yuacts y poboti XIII korrpecy memiaTpis YKpainu « AKTYaIbHi Mpo-
Guiemu tieziatpii», sikuii Binbynernest 9-11 sxoprast 2018 poxy B M. Kuesi B Konrpec-xoui «IIpesugeHT-rorestos.

Bigxpurts kourpecy 9 sxosths 2018 p. 0 10.00 roauni y Konrpec-xoui «IIpesugent F'otemios (Bya. [ocmitanbha, 12).

Peecrpartis yuacnukis: 9 skosths 2018 p. 3 8.00 y doiie Konrpec-xomny «IIpesunent [otemo» (Bys. [ocmitanpha, 12).

[Ipoisza: craniis merpo «Ilamar ciopry».

Y4YacHUKN KOHTpecy MaioTh 3MOTY OTPUMATH cepTU(dIKAT /IS aTecTallii Ha IPUCBOEHHS (T ITBEPKEHHS ) JTiKapChKOT
kBasTi(iKaliiiHOI KaTeropil Ta 3apaxyBaTy BCTAHOBJEHY KiJIbKicTh OasiB BiamosigHo a0 <Illkagu sHaueHb Pi3HUX BUAIB
JiSJIBHOCTI JlikapiB (IIPOBi30piB) y mepion Mixk mepegarectanitnumu mukaamu» (Hakaz MO3 Big 07.07.2009 p. Ne484,
3apeectpoBanuii B Minictepctsi octuitii Ykpainu 27.07.2009, Ne693 /16709).
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